Mucopolysaccharidoses (MPSs) are a group of hereditary diseases characterized by accumulation of Glycosaminoglycans (GAGs) due to deficiency or malfunctioning of lysosomal enzymes. Difficult intubation is anticipated in these patients because of a variety of anatomical and functional abnormalities. We report the successful use of sevoflurane and laryngeal mask for airway management of a 15 year-old boy requiring corneal transplantation surgery.
INTRODUCTION
Mucopolysaccharidoses (MPSs) are a group of hereditary diseases caused by impaired breakdown of glycosaminoglycans (GAGs). This may result from either a deficiency or malfunctioning of lysosomal enzymes leading to accumulation of GAGs in the connective tissue, particularly in bone, brain, liver, blood vessels, skin, cartilage, airways, heart valves, and corneas (1).
Currently, there are seven types of MPSs categorized by clinical and laboratory findings (2) . The different types of the disease share many clinical features but differ in severity. Usually, the patients appear normal at birth but symptoms begin to manifest as GAGs accumulate in the tissues.
The airways are not spared in the disease process and multiple anatomic changes are present. Short neck, rigid mandible and obstruction of the airways by the soft tissue of the pharynx and trachea are some changes that herald difficult intubation.
In this report, we present our experience with a teenage boy with MPS type VI (Maroteaux-Lamy Syndrome) whose surgery was deferred several times due to difficult intubation and difficult airway management (DAM).
CASE SUMMARIES
A 15-year-old boy was scheduled for keratoplasty due to severe corneal cloudiness. His procedure was postponed for three times in the past due to inability to maintain a secure airway. The ophthalmic surgeon insisted on general anesthesia and therefore local options were ruled out since the patient was too young to be cooperative. are more comfortable with since success is unlikely when using a less practiced method in a critical situation (10) . In 2009, Taguchi and colleagues reported their experience in securing an airway using airway scope and an LCD monitor for a patient with Hunter syndrome; however, they reported this method to be difficult (11) . The use of LMA has gained popularity for the management of difficult airway in children (12) . Its use has been recommended when DA is suspected or a Cormack and Lehane grades 3 and 4 are present (13, 14) . Walker et al.
used LMA in 34 children with craniofacial abnormalities and mucopolysaccharidosis and did not encounter any case of poor airway (15) .
Due to the sensitive nature of our patient's operation, it was necessary to provide a smooth emergence. Therefore, we administered alfentanil before termination of the procedure that helped our patient to be transferred to the recovery room on complete consciousness.
CONCLUSION
In summary, we reported the successful anesthetic management of a patient with MPS by sevoflurane and LMA on spontaneous ventilation without unnecessary alteration of the airways.
